: VACTERL syndrome is defined by the presence of the following specific anomalies: vertebral anomalies, anal atresia, cardiac abnormalities, tracheo-esophageal fistula, renal anomalies, and limb abnormalities. VACTERL-H is a syndrome with at least three of the aforementioned features plus hydrocephalus, and the prognosis is poor. We describe the case of a girl who was suspected to have VACTERL-H syndrome. The patient had microglossia and jaw deformity with bilateral hyperplasia of the mandibular coronoid process. Because bilateral coronoid hyperplasia is a rare condition in the pediatric age, it may be an unrecognized cause of limited mouth opening. We report on a 9-year-old girl who clinically met the diagnostic criteria for VACTERL-H syndrome. She was referred to our department because of limited mandibular movement. CT imaging confirmed the presence of jaw deformity with bilateral coronoid process hyperplasia. Bilateral coronoidotomy was performed through an intraoral approach to improve limited mandibular movement. Mouth opening exercises were started 3 days after surgery, and after 1 year, mouth opening was preserved at an adequate level.
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